A 40-year-old woman presented with complaints of multiple, tender, skin-colored raised lesions over right upper back and arm for 8 years. There was a history of pain in lesions, which aggravated during winters and on pressure. On examination, multiple firm, tender, skin-colored smooth-surfaced, papulonodular lesions measuring 1-3 cm in size in a segmental pattern were present over right upper back extending up to right shoulder and arm \[[Figure 1](#F1){ref-type="fig"}\]. Systemic examination was normal. Routine investigations, including complete blood count, liver and renal function tests, and chest radiographs were normal. Pelvis ultrasonography showed enlarged uterus with multiple hypoechogenic masses.

![Multiple skin-colored, smooth-surfaced, papulonodular lesions arranged in a segmental pattern over right upper back extending up to right shoulder and arm (arrows)](IJD-59-530b-g001){#F1}

Histopathologic examination of an excisional biopsy from a lesion was carried out \[Figure [2a](#F2){ref-type="fig"} and [b](#F2){ref-type="fig"}\]. Immunohistochemical staining for actin and desmin were carried out \[[Figure 3](#F3){ref-type="fig"}\].

![(a) Nonepithelial neoplasm involving most of the reticular dermis with neoplastic cells arranged in closely spaced and haphazardly oriented fascicle (H and E, ×100). (b) Multiple neoplastic cells showing elongated eellike nuclei with blunt ends (arrow) (H and E, ×200)](IJD-59-530b-g002){#F2}

![Immunohistochemical staining, positive for smooth muscle actin and desmin](IJD-59-530b-g003){#F3}

Question {#sec1-1}
========

What is your diagnosis?

Answer {#sec1-2}
======

Reed\'s syndrome (Type II segmental cutaneous leiomyomas with uterine leiomyomas).

The diagnosis of Reed\'s syndrome was made on the basis of clinical, histopathologic findings and special staining.

Histopathologic examination showed nonepithelial neoplasm involving most of the reticular dermis. Neoplastic cells were arranged in closely spaced fascicles with cells showing elongated eel-like nuclei. Immunohistochemical staining was positive for smooth muscle actin and muscle-specific intermediate filament desmin.

Discussion {#sec1-3}
==========

Leiomyomas are benign smooth muscle tumors clinically presenting as solitary or multiple, occasionally painful, flesh-colored papules and/or nodules.\[[@ref1]\] Cutaneous leiomyomas comprise 75% of the extrauterine neoplasms.\[[@ref2]\] There are mainly 3 types of leiomyomas, including pilar, genital, and angioleiomyomas.\[[@ref1]\] Pilar leiomyoma is the most common type of cutaneous leiomyoma. Although the exact etiopathogenesis of cutaneous leiomyomas is unknown, a few recent studies have demonstrated the role of a tumor suppressor gene encoding fumarate hydratase in the pathogenesis.\[[@ref1]\] Lesions on trunk are multiple and can be segmental, disseminated, or zosteriform in distribution, whereas those on extremities are usually solitary.\[[@ref1]\] In Type I segmental leiomyomas, heterozygosity of postzygotic mutations leads to segmental skin lesions and in Type II segmental leiomyomas, postzygotic mutational events occur in heterozygous embryo leading to loss of heterozygosity, which in turn leads to predominantly segmental leiomyomas along with the normal phenotype of the disease.\[[@ref3]\] The most common presentation includes reddish brown firm papulonodules, which may be discrete or coalescing to form plaques.\[[@ref1]\] The extensor aspect of extremities and trunk being the most common sites.\[[@ref1]\] Lesions are often painful and there is increased sensitivity to cold, pressure, or emotional stimuli.\[[@ref1]\] Pressure of the tumor on local nerve fibers and contraction of smooth muscle fibers have been thought to play a role.\[[@ref1]\] Histopathology characteristically shows poorly circumscribed proliferation of haphazardly arranged smooth muscle cells with eosinophilic cytoplasm, blunt-ended nuclei, and perinuclear halos in cross section. Immunohistochemical staining shows cells expressing smooth muscle actin and muscle-specific intermediate filament desmin, but they stain negatively for S100 and epithelial membrane antigen.\[[@ref4]\] Various conditions that have been associated with piloleiomyomas include Reed\'s syndrome (multiple cutaneous and uterine leiomyomatosis), cluster renal cell carcinoma (hereditary leiomyomatosis and renal cell cancer), and polycythemia. The predisposition gene for Reed\'s syndrome has been localized to chromosome 1 q42.3-43 and the gene encoding fumarate hydratase.\[[@ref1][@ref2]\] Surgical excision is the best modality of treatment for solitary cutaneous piloleiomyomas. Pain may be a significant source of morbidity and various systemic treatments have been tried for pain relief, including calcium channel blockers (nifedipine), phenoxybenzamine, doxazocin, nitroglycerine, gabapentin, and topical analgesics.\[[@ref5]\] Carbon dioxide laser therapy, cryotherapy, and electrosurgery have also been tried for ablation.\[[@ref5]\] Based on history and clinical examination, differential diagnosis of neurofibroma, leiomyoma, glomus tumor, myofibroma, angiolipoma, and eccrine spiradenoma were made. Histopathology and special staining were carried out for confirmation of the diagnosis. A diagnosis of Reed\'s syndrome (Type II segmental leiomyoma with uterine leiomyomas) was made based on history, clinical examination, histopathology, and immunohistochemical examination.
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